Otolaryngologists are often confronted with cases of progressive sensorineural hearing loss or dizziness that defy easy characterization. Neurosyphilis, allergy, multiple sclerosis, and autoimmune hearing loss are a few of the diagnoses considered in these difficult cases. We describe the radiographic findings of a rare entity that should also be considered in the differential diagnosis of progressive sensorineural hearing loss or dizziness. Superficial siderosis of the central nervous system is characterized by both intracellular and extracellular deposition of hemosiderin in the leptomeninges, subpial tissue, spinal cord, and cranial nerves." Previously, the diagnosis could only be made at postmortem examination; this fact may account for the relative scarcity of case reports in the literature. With magnetic resonance imaging (MRI) it is now possible to make the diagnosis of superficial siderosis noninvasively.2.3 normalities on intermediate and T2-weighted images. There was low signal intensity surrounding the brain stem, sylvian fissures, anterior longitudinal fissure, and retrothalamic, quadrigeminal, and ambient cisterns, as well as the optic tracts and the acoustic nerves (see Figure) . DISCUSSION Superficial siderosis (also called pial siderosis) is caused by deposition of hemosiderin in the leptomeninges and subpial tissue from chronic capillary or venous subarachnoid hemorrhage.tv" It should not be confused with systemic hemochromatosis, which is due to the overloading of the bloodstream with breakdown products of red blood cells and results in the deposition of hemosiderin in the epithelium of the choroid plexus, area postrema, and tuber cinereum but not in the leptomeninges or subpial tissue. 1 Clinically, the patient may manifest a progressive sensorineural hearing loss, cerebellar dysfunction, pyramidal tract signs, and mental retardation. 1 
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The second, fifth, seventh, and eighth cranial nerves are especially vulnerable to the toxic effects of the hemosiderin. In particular, the eighth cranial nerve is especially sensitive to injury by the hemosiderin deposits. The mechanism responsible for this extreme sensitivity is not completely understood. The eighth nerve has the longest glial-lined segment of any cranial nerve, and the severity of injury to a nerve is proportional to the length of the nerve glial segment. 8 The source of the chronic subarachnoid hemorrhage is identifiable in approximately 50 % of autopsied cases.' Superficial siderosis is common in posthemispherectomy patients;':" Other sources of recurrent bleeding in reported cases have included papillary ependymomas and neonatal intraventricular hemorrhage.vv'"
CASE REPORT
A 63-year-old man was initially seen in 1977 with the chief complaint of a progressive hearing loss. Audiometric examination demonstrated a mildly asymmetric high-frequency sensorineural hearing loss with good speech discrimination (right: 10 dB at 500 Hz, 10 dB at 1,000 Hz, 30 dB at 2,000 Hz, 60 dB at 4,000 Hz, speech discrimination score 96%; left: 5 dB at 500 Hz, 5 dB at 1,000 Hz, 20 dB at 2,000 Hz, 45 dB at 4,000 Hz, speech discrimination score 100 %). Polytomography of the temporal bones at initial evaluation and cranial computed tomography (CT) and gas-CT cisternography in 1987 revealed normal findings. Subsequently, he has had continued progression of his hearing loss to the point of bilateral total deafness. He also developed a progressive imbalance, but without true vertigo, and diplopia. His neurologic examination 11 years after initial presentation revealed a markedly ataxic, broad-based gait and profound hearing loss (right: speech reception threshold 95 dB, speech discrimination score 12 0/0; left: speech awareness
The high-field MRI findings are quite characterthreshold 110 dB [vibrotactile], speech discrimina-istic. With use of a 1.5-T magnet, Tl-weighted imtion score 0%) but no other abnormal findings.
ages may appear unremarkable. The T2-weighted images show marked hypointensity of the pial and Magnetic resonance imaging showed marked ab-arachnoid membranes. These areas of hypointensity correspond to the areas of yellow to rusty brown staining caused by hemosiderin deposition that have been seen grossly at autopsy. Microscopically, most of the pigment is contained within macrophages, with a small portion of staining caused by iron-positive particles in astrocytes.""
A similar pattern of hypointensity on T2-weighted images has been observed at the periphery of aging intracerebral hematomas." This condition can often be differentiated from superficial siderosis by its localized nature. The hypointensity on T2-weighted images of the dentate nuclei and other extrapyramidal gray matter is not characteristic of superficial siderosis, and represents physiologic iron that in-creases with age."
Leptomeningeal enhancement of postcontrast CT may be seen in association with superficial siderosis, but is a nonspecific finding and does not necessarily represent siderosis itself. 11 CONCLUSION Superficial siderosis may cause a host of symptoms, including progressive audiovestibular dysfunction. It should be considered in the differential diagnosis of unexplainable progressive sensorineural hearing loss and dizziness. Diagnosis can now reliably be made with MRI.
